Psychophysical dark adaptation studies were performed in six patients with Best vitelliform macular dystrophy (BVMD) using a Goldmann-Weekers dark adaptometer. Prebleach thresholds were determined before obtaining a postbleach full recovery curve.
Best vitelliform macular dystrophy (BVMD) is an autosomal dominant macular degeneration with variable expression. It probably involves primarily a disorder of the retinal pigment epithelium. [1] [2] [3] Stargardt disease, another juvenile onset macular dystrophy, is transmitted as an autosomal recessive trait and also involves impairment of retinal pigment epithelial cells. In both Stargardt and Best dystrophies, the accumulation of lipofuscin or a lipofuscin-like material, has been demonstrated in the retinal pigment epithelium. [1] [2] [3] [4] [5] Since patients with Stargardt disease can show a prolongation of rod dark adaptation,67 particularly if prebleach dark adapted thresholds are obtained, we analysed dark adaptation in six patients with BVMD to determine whether these patients also had abnormalities in dark adaptation. Unlike previous investigations of dark adaptation testing in patients with Best dystrophy, 8 Control data from a previous study on dark adaptation were used.6 Eight subjects (four men and four women) were used as controls, all of whom had normal ocular examination findings with visual acuity correctable to at least 20/20. The control group included staff personnel, students, and the spouse of one of the authors. The subjects' ages ranged from 23 to 43 years Subjects were allowed to adapt to room illumination for 3 minutes, and then the tested eye was exposed for 5 minutes to an adapting field of 3*1 log cd m-2, provided by the Goldmann-Weekers adaptometer. Subjects were monitored during bleaching to ensure that the eye was kept fully open during the full bleaching period. Following the bleach, thresholds were measured at the chosen test locus until they returned to within 0-2 log units of the prebleach value. At the end of dark adaptation, thresholds were again measured at 50 on either side of the test locus to establish that they were comparable to those obtained before the bleach. Pupil size was also remeasured to confirm the maintenance of maximal dilatation throughout the testing period.
Results Table 1 shows the age, sex, dark adapted rod prebleach thresholds, cone plateau thresholds, cone-rod break time, and time to reach the prebleach threshold for the six BVMD patients. Cone thresholds were defined as the mean of two to four measurements at the end of the cone plateau for the orange test stimulus. We defined the cone-rod break time as the time at which the threshold curve for the blue stimulus crossed the curve for the orange stimulus. Also shown in Table 1 are the means and ranges for eight normal eyes tested at 200 superior to fixation. For all BVMD patients, the time to reach the prebleach rod threshold was within normal limits. In four BVMD patients, prebleach thresholds were within the normal range while in two patients, over the age of 60 years, the thresholds were slightly beyond the upper range of our younger control subjects whose ages ranged from 23 to 43 years. The cone plateau thresholds were within the range of normal for five patients. For the sixth patient (patient 2, Table 1 ) the cone plateau threshold could not be determined accurately because of an inconsistency in data points during this time period. For four patients, the cone-rod break time was within normal limits, while for patient 3, the cone-rod break time was slightly prolonged. In patient 2, the cone-rod break time could not be determined with certainty because an inconsistency in data points surrounding the cone-rod break time. A dark adaptation curve from a representative BVMD patient (patient 1, Table 1 ) is shown in Figure 1 
